On exanination (6.9.38).-Undersized but normally proportioned and healthy in appearance. Height 39{ in. (standard 46 in.) . Weight 28 lb. (standard 49 lb.) . No evidence of rickets. Genu valgum with 1 in. separation at ankles. Peculiar gait ( fig. 1 ). X-ray photographs (with control) show: Skull: No abnormality. Long bones: General decalcification, especially in diaphyses, and deformed stippled epiphyses with delayed growth. Irregularity and interference with growing ends of all long bones ( fig. 2 ). Similar changes in ossific centres in carpus, tarsus, and spinal vertebrat.
Enchondral, endosteal and periosteal bone formation are all affected. Further investigations. Cardiomegaly in an Infant: Idiopathic.-REGINALD LIGHTWOOD, M.D., and DONALD COURT, M.B., AM.R.C.P.
A. V., female, aged 9 months. History. A full-time infant of normal appearance and development at birth, who has gained weight and thrived satisfactorily up to the present time. During the first Nveek of life she was thought to have a bad cold, and a cough developed. Brought to hospital at the age of 4 months on account of the cough, which had continued throughout the intervening period. At that time clinical examination showed a slight enlargement of the heart, and this was confirmed radiologically. X-rays showed enlargement of generalized type and the trachea deviated slightly to the right.
Cardiornegaly in ant infiant: Note generalized cardiac enlargement and deviation trachea to the right. Bronchial breathing could be heard over a small area below the inner third of the right clavicle. No cardiac bruit has been heard.
The progress of this patient has been followed and the size of the heart has been estimated at intervals. The radiograms show that the cardiomegaly has been increasing. She has progressed well and has no symptoms except cough. In order to see if the cardiomegaly was due to vitamin-B deficiency, marmite was given over a period of three months.
To ascertain if there was evidence of abnormal glycogen storage an adrenalin test was carried out. Normal results were obtained. Comment.-The picture is that of an apparently normal child of 9 months presenting clinical and radiological evidence of cardiac enlargement. The question at issue clearly concerns the underlying pathology. In attempting to establish this the following conditions were considered.
(1) A combination of congenital cardiac lesions.-There were several points against this diagnosis: the child was normally developed; finger-clubbing and cyanosis were absent. The heart sounds were not altered, nor were there any additional characteristic murmurs.
(2) Avitaminosis B.-Beri-beri in children is practically unknown in this country. Furthermore, there were no other features of this condition present and three months' treatment with vitamin B, as marmite, produced no effect on the cardiac enlargement.
(3) Glycogen storage disease.-This was excluded by the normal development, absence of hepatomegaly and ketonuria, and normal blood-sugar response to adrenalin.
(4) Congenital idiopathic hypertrophy.-This condition has recently been reviewed in the literature and six more cases added by Kugel and Stoloff. They show that the picture is essentially a composite one and the ultimate allocation of any case to this group can only be made by autopsy and careful serial histological section of the heart muscle. Clinically they stress the following points (a) Over half the cases occur in the first year of life.
(b) The onset may be insidious with anorexia and irritability. More usually it is acute, a previously well child presenting cyanosis, dyspnoea, vomiting, and collapse.
(c) Gross cardiac enlargement, in which all chambers are involved but mainly the right side. (d) It runs an afebrile course and a fatal termination occurs within from three days to three weeks.
The pathology in the cases reviewed included some with glycogen storage and others with major congenital defects. The majority, however, presented either pure hypertrophy of the cardiac muscles-this was the smaller number-or hypertrophy with areas of atrophy-replacement fibrosis and lymphocytic infiltration. In many cases some degree of pulmonary atelectasis was present as well. POSTSCRIPT Discussion.-The PRESIDENT did not think congenital malformation could be ruled out even in spite of the absence of murmurs and cyanosis.
Dr. F. PARKES WEBER said he did not think that glycogen-storage disease could be exclude(l as a possible explanation of the cardiomegaly, as apart from that finding the child appeared healthy.
Dr. HERBERT LEvy quoted a case of idiopathic cardiac hypertrophy reported by Doxiades (Report of Meeting, Berlin Pediatric Society, 20.5.38; Klin. Wschr., 17, 1526). The child had developed signs of circulatory insufficiency fifteen days after birth and had died seven days later. On autopsy considerable hypertrophy of the heart, especially of the right ventricle, was found (weight of heart: 65 grm.) no valvular lesion; no glycogen storage of the heart muscle. With regard to Dr. Parkes Weber's question as to the significance of vitamin B, in such a case: cardiac enlargement is nearly always present in beri-beri owing, as shown by Wenkebach, to an cedematous swelling of the muscle fibres.
Dr. W. M. FELDMAN thought that the case was not one of congenital heart disease without a murmur, as such cases are generally of the cyanotic type. He thought it might be a case of idiopathic cardiac hypertrophy.
Dr. HELEN MACKAY reminded the Section of one possible cause of cardiomegaly in an infant without murmurs and without cyanosis, which had not been mentioned, namely tuberose sclerosis associated with rhabdomyomata, an example of which had been shown at a meeting of this Section by Dr. E. O'Flynn and herself last year.' There was, however, nothing to suggest this was a likely diagnosis in Dr. Court's case. child to take enough food, andI gain of weight was.slow. Milestones in development all passed at the normal time.
There has been an int-ermittent cought since birth. In January 1938 she had an attack of bronchitis and laryngitis, lasting for three weeks, associated with a severe cough, with some vomiting, and two attacks of cyanosis in bouts of coughing. There has been no other history of cyanosis before or since this time.
Since January the cough has diminished, and apart from mastuirbation the child has been perfectly well and healthy.
On examination.-Well-looking intelligent child. Decreased breath sounds, and
